A sialoblastoma is a rare congenital epithelial tumor that arises in a major salivary gland. To our knowledge, only 24 cases of sialoblastoma have been previously reported in the English-language literature. We report a new case, that ofa l S-month-old boy who presented with a submandibular mass. Surgical excision of the mass was undertaken intra operatively, the mass appeared to be adjacent to the submandibular gland, but it had not invaded it. The mass was excised, and the submandibular gland was left in place. Pathology identified the tumor as a sialoblastoma. However; pathology also revealed that residual tumor was present at the surgical margin. The patient was returned to the opera ting room for excision of the left submandibular gland and the level I lymph nodes. Following revision surgery, the surgical margins were negative. The patient remained disease-free at the l -year fo llow-up. Despite the need fo r revision surgery, this case p rovides support fo r the idea that surgery alone is sufficient fo r curative treatment.
Introduction
Fewer than 5% of all salivary gland tumo rs occur in children , and fewer than 0.25% are found in child ren youn ger than 10 years.'> Sali vary gland tumors account for 8% of all pediatric head and neck tumors.' Most tumors of the salivary gland are nonepithelial masses, usually heman giomas or lymphangiom as.' Some 50 % of all solid salivary gland tumors in ch ildren are neoplastic. ' Sialoblastomas are rare congen ital epithelial tumors of the major salivary glands. To the best of our knowledge, only 24 cases have been previou sly reported in the English-lan guage literature.s' >" Of the 23 cases in which the tumor 's site of origin was identified, 18 occurred in the parotid gland and 5 in the submandibular gland. In 1966, 6 In 1988,Taylor suggested the term sialoblastoma to con vey both the dysontogenic character and salivary gland origin of these tumors. I I
Case report
A 15-month-old boy was brought to our hospital with a 3-month history of left-sided neck swellin g. The patient 's mother denied fevers, chill s, weight loss, other masses, expo sure to tuberculosis, exposure to cats, and recent illness. Physical examin ation revealed that the swelling had been caused by a firm, nontender, nonerythematous, 2-cm mass in the area of the submandibular gland. Crani al nerve examination demonstrated no deficits. Computed tomo graph y (CT) of the neck with intra venous contrast reve aled that a 3 x 2-cm homo genous soft-tissue mass, with minim al rim enhancement, had arise n from the submandibular gland (figure I).
The patient was taken to the operating room for excision of the mass. Intraoperatively, the mass appea red to be adjacent to the subm andibular gland, but it had not invaded it. The mass was excised, and the submandibular gland was left in place.
Patholo gic ex amin ation reve aled a well-demarcated cellular neoplasm that was surrounded by a thin, fibrous pseudocapsule (figure 2, A). The tumor was made up of primitive basaloid cell s arranged in nest s and trabeculae that were separated by a fibromyxoid stroma. Many of the tumor nests cont ained multiple cystic spaces that were filled with basophilic mucoid material, which gave rise to a cribriform appearance. The cells were relatively monomorphic . They had high nucleus-to-c ytopl asm ratios and round-to-oval nucle i with irregularnuclear membranes that featured folds and grooves.The nuclear chromatin was finely dispersed, and the nucleoli were incon spicuous. However, a few scattered cells cont ained larger pleomorphic nuclei and more prominent nucleoli; their cytoplasm was scant and mildly eosinophilic. The tumor cells at the periphery of the nests and trabeculae were arranged in a vaguely palisading pattern. Mitotic figures were easily seen, as mitotic rates were as high as 5 per 10 high-power (x40) fields. A few ductular structures scattered through the tumor were lined with cubo idal-to -columnar epithelial cells with lower nucleu s-to-c ytoplasm ratios . Focal perineural invas ion by the tumor nests was present ( figure 2, B) . These findings were con sistent with a diagnosis of sialoblastom a.
Pathology also revealed that tumor was present at the surgical margin . The combination of a positive margin , the presence of perineural invasion on histopathology, the neoplasm 's locally aggre ssive behavior, and the possibility that it might metastasize to regional lymph nodes led us to perfo rm a second surgical procedure. The second operation included excision of the left subm andibu lar gland and the level I lymph nodes. Histopathology following this procedure revealed no neoplasm.
Surveillance T2-weighted magnetic resonance imaging (MRI) I year later revealed the presence of a hyperintense 2.2 x 1.6-cm soft-ti ssue lesion at the site previously occupied by the left submandibular gland and the excised lesion.In response to this finding,the child underwent a third procedure to biopsy the area of concern. Histopathologic examin ation of the biopsy specimen revealed that it was consi stent with a benign reactive lymph node .
Discussion
Sialoblastomas are locally invasive and have a propensity for recurrence, but no case of fatal metast asis has been reported ." In fact , onl y 1 case of regional lymph node involvementhas been reported.'2The earliest a sialoblastoma has been identified is at37 weeks of gestation ; the diagnosis was made by intrauterine ultrasonography .13After birth, sialoblastomas are best detected by MRI and CT. Lun a reported that MRI of a sialoblastoma in a 21-month-old child revealed that the lesion was isointense with muscle on Tl-weighted imaging, that it had a high-to-intermedi ate signal intensity simil ar to that of fat on T2-weighted imaging, and that it enhanced sparsely and nonhomogenously."
Histologically, sialoblas toma can be diagnosed with simple hem atoxylin and eo sin (H&E) staining; specimens characteristically demonstrate solid nests of epithelial cell s that are separated from each other by bands offibrous tissue.' The epithelial cell s may be basaloid with scant-to-normal cytoplasm and either solitary or very few nucleoli. In addition, ducts and sometimes acini with occa sional central necrosis are seen in the surrounding stroma. 4 . 6 ,13.14 Acini have been reported to stain positi ve for mucin by the diastase/periodic acid-Schiff method.' ? Vascular invasion has been noted in at least I report.14Immunohi stochemi stry has demonstrated cytokeratin in the ductal components, vimentin in both the ductal structures and solid nests, and S-IOO protein, which confirms the presence of myoepithelial cell s. 13 . 15 It is widely held that prim ary exci sion with negative margins is sufficient for cure with these tumors. 6 . 9 • 13 ,14, 1 6 Although distant spread has not been repo rted, local recurrence has occurred in at least 5 cases. 8 • 9 • 12 In addition, there has been I case (nonfatal) of region al lymph node metastasi s." Only 3 cases have warranted postoperative radiation and chemotherapy. The first two were described in the origina l report by Vawter and Tefft,10 and the other!' involved a child who had experienced four recurrences that required additional resec tions, including one of the orbital floor and maxilla. In most reports in the literature, follow-up has not excee ded 2 years, although Vawter and Tefft described I patient who was disease-free 9 years postoperatively. 10 The case we describe herein provides further evidence that surgical excisi on without postoperative chemo-or radiotherapy is sufficie nt for curative treatment. Although our patient' s follow -up MRI at I year demonstrated an area of concern, he was in fact disease-free.
